Introduction {#sec1-1}
============

Myofibroma is a rare benign neoplasm of myofibroblastic origin with solitary or multicentric form.\[[@ref1]\] Series of reports have shown a predilection for the head and neck region, oral cavity, in particular.\[[@ref2]-[@ref3]\] Intraorally, myofibroma presents as slow-growing painless mass with an intact overlying mucosa, but some may demonstrate rapid growth, which may lead to misdiagnosis as a sarcoma.\[[@ref3]\] Children and young patients are more affected with a slight male predilection.\[[@ref3]-[@ref7]\] The mandibular gingiva and tongue are the most common sites of occurrence.\[[@ref8]\] Some cases of oral myofibroma have been misdiagnosed because it may be confused with more aggressive spindle cell tumors.\[[@ref9]-[@ref10]\] This paper presents a case of myofibroma affecting the mandibular gingiva of a 4-year old boy and describes the clinical, histopathologic and immunohistochemical features along with a discussion about the differential diagnosis and importance of myofibroma cases diagnosis.

Case Report {#sec1-2}
===========

A 4-year-old boy referred to a private oral and maxillofacial pathology center (Tehran, Iran) for evaluation of a rapidly growing, painless submucosal ulcerated mass in the right mandibular gingiva in retromolar pad area (behind the right mandibular D) which had been present for four months ([Figure 1](#JDS-19-164-g001.tif){ref-type="fig"}). There was no history of previous trauma and the patient had no other medical problems. Extra-oral examination was normal. The mass was firm in consistency measuring 3.5×2.5cm.

![A painless focally ulcerative mandibular gingival mass](JDS-19-164-g001){#JDS-19-164-g001.tif}

The patient had incomplete closure of the mouth due to the occlusal interaction of the lesion with opposing teeth. The panoramic radiograph revealed evidence of alveolar ridge destruction and bone loss, which caused floating-in-air appearance of the right mandibular D ([Figure 2](#JDS-19-164-g002.tif){ref-type="fig"}). There was no cervical lymphadenopathy and the laboratory data were unremarkable.

![Panoramic radiography shows underlying bone erosion and bone destruction around the right second primary molar tooth](JDS-19-164-g002){#JDS-19-164-g002.tif}

Considering both clinical and radiographic features, all those reactive/inflammatory lesions with potential aggressiveness (e.g. peripheral giant cell granuloma), local aggressive soft tissue neoplasms (e.g. fibromatosis) and malignant tumors (e.g. lymphoma and sarcomas) were considered in differential diagnosis. To make final diagnosis, incisional biopsy was performed under local anesthesia. The specimen demonstrated a solid, white, and homogenous cut surface and it was processed for Hematoxylin and Eosin histopathologic study.

Microscopic examination showed a soft tissue tumor covered by ulcerated mucosa, composed of interlacing bundles of spindle shaped cells with tapered and blunt-ended nuclei and eosinophilic cytoplasm. Prominent vascularity as hemangiopericytoma-like pattern and mild infiltration of mixed inflammatory cells were noted ([Figure 3](#JDS-19-164-g003.tif){ref-type="fig"}). Scattered mitosis was also seen but atypia was not present. The nature of the spindle cells was determined through immunohistochemistry (IHC).

![Fascicles of bland looking, spindle-shaped cells, exhibiting eosinophilic cytoplasm and prominent vascular structures (H & E, 100 X)](JDS-19-164-g003){#JDS-19-164-g003.tif}

For IHC study, the avidin-biotin peroxidase complex method was used. The sections were stained with monoclonal antibodies for αSMA, CD34, S100 and desmin. The tumoral cells were strongly and diffusely positive for αSMA ([Figure 4](#JDS-19-164-g004.tif){ref-type="fig"}).

![Positive cytoplasmic immunoreactivity for αSMA antibody (immunohistochemistry, 100 X)](JDS-19-164-g004){#JDS-19-164-g004.tif}

No immunoreactivity was seen for CD34, S100 and desmin. The histopathological features in combination with those immunohistochemical findings were consistent with the myofibroma diagnosis. The lesion was completely excised under general anesthesia. The histopathologic features of resected tumor confirmed the diagnosis of myofibroma. Clinical follow-up was performed at 3, 6, 12 and 22 months after surgery. The patient was free of disease for 2 years postoperatively ([Figure 5](#JDS-19-164-g005.tif){ref-type="fig"}).

![Intro-oral examination shows healing surgical site after 12 months](JDS-19-164-g005){#JDS-19-164-g005.tif}

Discussion {#sec1-3}
==========

The incidence of oral myofibroma is extremely low. Most of the reported cases of oral myofibroma were in children with slight male predilection.\[[@ref3]-[@ref7]\] Myofibroma characteristically presents as slow-growing, painless mass, but may exhibit rapid growth and ulceration, which increases the concern of a malignant process.\[[@ref11]\] Myofibroma of the gingiva may involve the underlying bone as the present case. This condition was also described by Tanaka *et al*.\[[@ref10]\] The myofibroma arising within the jaw bones in children may present two patterns of growth as shown by Abramowicz *et al*.\[[@ref4]\]; one type as an aggressive exophytic type associated with ulcerated gingival mass of rapid growth, and the other type as nonaggressive intra-osseous type which may be found incidentally. Our case presented as a rapidly growing, predominantly exophytic, ulcerated gingival mass. Seemingly, our case was an example of extra-osseous myofibroma with some evidence of underlying bone involvement.

Diagnosis of myofibroma is based on histopathologic and immunohistochemical studies. Myofibroma are composed of spindle-shaped cells arranged in fascicles with indistinct eosinophilic cytoplasmic border and bland-looking nuclei. Pleomorphism and mitotic figures are rarely seen in myofibroma although some features including loosely cohesive or absent myoid nodules, infiltrating borders, intravascular growth and perineural invasion/nerve entrapment and mitosis (5 mitoses/10 high-power fields) have been considered in the morphologic spectrum of this tumor.\[[@ref12]\] Hemangiopericytoma-like pattern of stromal structures is characteristic in myofibroma.\[[@ref3]\] In histopathologic differential diagnosis, all benign and malignant tumors with spindle-shaped cells can be considered, particularly those, which are commonly seen in children. These tumors include fibromatosis, spindle cell rhabdomyosarcoma and infantile fibrosarcoma. Chinta *et al*.\[[@ref13]\] reported a case of myofibroma, which was histopathologically diagnosed as fibrosarcoma. Precise and careful histopathologic and immunohistochemical studies are needed for distinguishing myofibroma from such tumors to avoid any misdiagnosis and mismanagement.\[[@ref13]-[@ref14]\]

Immunohistochemically, myofibroma shows reactivity to vimentin and α-SMA, but is negative for CD34 (excluding the diagnosis of solitary fibrous tumor/ hemangiopericytoma), S100 (excluding the diagnosis of neural tumors) and desmin (excluding the diagnosis of smooth muscle tumors).\[[@ref3],[@ref5],[@ref8]-[@ref9]\] The very low rate of cell proliferation is valuable information in order to exclude malignant mesenchymal neoplasms.\[[@ref14]\] Immunohistochemical analysis of the present case confirmed the diagnosis of myofibroma.

The etiology and pathogenesis of myofibroma is still unknown, although autosomal dominant and recessive patterns of inheritance have been reported in cases of infantile myofibromatosis.\[[@ref15]\] Some investigators have shown few cytogenetic abnormalities such as monosomy 9q, trisomy 16q, and del\[[@ref6]\] (q12;q15).\[[@ref16]-[@ref18]\] Eley *et al*.\[[@ref11]\] suggested a previous history of trauma as a possible cause for development of myofibroma in their case, which occurred after tooth extraction. Our case showed neither familial history nor trauma.

The treatment of choice for solitary myofibroma is complete excision with a border of clinically normal tissue because they are unencapsulated tumors. The recurrence rates for myofibromas are relatively low and can be associated with difficult surgical access or incomplete elimination.\[[@ref3]\] In our current case, there was no evidence of tumor for two years of regular postsurgical follow-up. No malignant transformation was reported for myofibroma.\[[@ref3]\]

Conclusion {#sec1-4}
==========

In case of a rapidly growing soft tissue mass in the gingiva in child, myofibroma should be considered in differential diagnosis. Precise evaluation of the histopathologic features and immunohistochemical studies are essential for definite diagnosis, to prevent any misdiagnosis with some malignant spindle cell tumors, and to provide appropriate treatment.
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